家族性大動脈解離の一家系 by 越智 正彦 et al.
54
緒 言





















サムサイン陰性，皮膚の過伸展なし（図 2 ）．心音 
整，心雑音なし．
心電図所見：正常範囲内．
血液検査：WBC 8,400/µL，RBC 448万/µL，AST 
13U/L，ALT 8U/L，LDH 196U/L，γ-GTP 22 













（令和 2 年 8 月31日受稿）
要 旨
　症例 1 は44歳の女性．既往は無く，家族歴で父親に大動脈解離と父方の叔母に大動脈解離
を指摘されていた．2015年 1 月に胸背部痛を主訴に当院救急外来を受診し，造影 CT にて上
行大動脈から総腸骨動脈までの偽腔開存型 Stanford A の急性大動脈解離を認めた．大動脈置
換術を施行され退院された．
　症例 2 は46歳の女性．症例 1 の姉．既往は無く，2018年10月に数日前からの背部痛を主訴
に当院紹介となった．造影 CT にて偽腔開存型 Stanford A の急性大動脈解離を認め，大動脈
置換術施行され退院された．















図 1 　胸～骨盤部造影 CT









サムサイン陰性，皮膚の過伸展なし（図 2 ）．心音 
整，心雑音なし．
心電図所見：正常範囲内．
血液検査：WBC 10,650/µL，RBC 403万/µL，AST 
12U/L，ALT 3U/L，LDH 191U/L，γ-GTP 14U/L， 










経　過：症例 1 ，症例 2 は当院外来で内服加療を
行い経過観察中である（図 4 ）．症例 1 ，症例 2 の
大動脈解離部の病理所見では中膜嚢状壊死を認め
た（図 5 ，6 ）．症例 2 は遺伝子検索を行い，平滑
筋αアクチン遺伝子（ACTA2）の変異を認めた．













図 3 　胸～骨盤部造影 CT
































図 5 　大動脈解離部の弱拡大（Hematoxylin Eosin 染色）




ａ，ｂ（Elastic van Gieson 染色）ｃ，ｄ（Alician Blue 染色）症例 1 （ａ），症例 2 （ｂ）ともに弾性繊維の変性と，症例
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　Patient 1 was a 44-year-old female having no 
medical history while having family history of 
aortic dissection with her father and with a 
paternal aunt. Patient 1 visited the outpatient 
clinic of the hospital with chief complaint of chest 
and back pain, and was found to have acute 
communicating aortic dissection Stanford A from 
ascending aorta to arteria iliaca communis via 
contrast-enhanced CT. The patient received aortic 
replacement and then was discharged.
　Patient 2 was a 46-year-old female and is older 
sister of the patient 1. While no medical history, 
she was introduced to our hospital on October 
2018 with chief complaint of back pain persisting 
for several days by the introduction. Based on the 
finding of acute communicating aortic dissection 
Stanford A, the pat ient received aort ic 
replacement and then was discharged.
　Patient 3 was a 42-year-old male and is younger 
brother of the patient 1. While no medical history, 
he was transported by ambulance with chief 
complaint of back pain. Based on the finding of 
acute communicating aortic dissection, the patient 
received aortic replacement and then was 
discharged.
　From Patient 2, alpha-smooth muscle actin 
(ACTA2) gene mutation which is reported as 
causative gene of familial aortic aneurysm/
dissection was found.
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